Type II enteropathy-associated T-cell lymphoma (EATL) is a rare disease that is reported from Asia, especially from Taiwan. In this paper, we present a patient from Iran (Arab) with Type II EATL whose disease was not associated with celiac disease or Epstein-Barr virus (EBV) infection. The patient died due to intestinal perforation during the first chemotherapy. Type II EATL is a gastrointestinal lymphoma with poor prognosis and a high affinity for intestinal perforation. Early detection of EATL II is essential for chemotherapy prior to the onset of malnutrition symptoms.
INTRODUCTION
Enteropathy-associated T-cell lymphoma (EATL) is uncommon and composes almost 4.5% of non-Hodgkin lymphomas.
1-3 EATL can be associated with celiac disease. 1 It commonly occurs in the small intestine (jejunum and ileum) in the form of single or multiple lesions. Common symptoms of EATL are bowel perforation and severe abdominal pain due to intestinal obstruction. 2 
CASE REPORT
A 35-year-old man from Ahvaz (Arab), Iran was referred to our hospital due to chronic diarrhea and for further evaluation. He had been suffering from severe watery diarrhea from 3 months earlier. In his upper endoscopy scalloping view in duodenum had been reported and evaluation of biopsy samples was suggestive for celiac disease. Macroscopic or microscopic evidence of any disease or infection had not been seen in colonoscopy. A gluten-free diet had been started because of a clinical suspicion of celiac disease (negative serology and positive pathology) since 2 months earlier. The patient had developed severe weight loss (30 kg), fatigue, and anorexia and had no clinical response to gluten-free diet. He had been admitted in a local hospital due to severe weakness and sweating a month before. In enteroscopy scalloping view from duodenum up to ileum had been reported. Multiple small ulcers had also been reported in the jejunum and ileum. Pathological evaluation showed evidence of 
Enteropathy-associated T-cell lymphoma
villous atrophy with intraepithelial lymphocytosis. However no evidence of intestinal infections was reported in laboratory or pathological assessments. The patient was referred to our hospital with the clinical suspicion of lymphoma and for further investigation. He was extremely cachectic and weak (BMI<20 Kg/m 2 ). In physical examination, he had blood pressure: 100/60 mmHg, heart rate: 96 beats/ min, temperature: 37.5°C. Laboratory evaluation showed normal white blood cell and platelet counts. Serum hemoglobin level was 12 g/dL, C-reactive protein (CRP): 35 mg/dL, lactate dehydrogenase (LDH): 560 U/L, and albumin: 1/5 g/dL. The patient received supportive treatments for his severe weakness. Abdominopelvic computed tomography (CT) with intravenous and oral contrasts showed diffuse intestinal wall thickening with no evidence of obstruction or obvious mass (figure 1).
Biopsy samples of the small intestine were referred to a gastrointestinal pathologist. CD3 of the samples was positive and T cell lymphoma was considered. PCR for T cell receptor was requested and type II EATL was confirmed ( figure 2) .
The patient's background for lymphoma showed negative HLA DQ2 and DQ8 and also negative serology and evidence of Epstein-Barr virus (EBV) infection in tumor cells. The patient was not considered for surgery due to severe malnutrition and only chemotherapy (cyclophosphamide, hydroxyl doxorubicin, vincristine, and prednisone [CHOP regimen]) was started for him. Unfortunately, he died due to intestinal perforation and septic shock during the first chemotherapy.
DISCUSSION
EATL has two types based on genetic and pathological subtypes. Type I has 80-90% prevalence and is associated with celiac disease (usually positive HLA DQ2 and sometimes positive HLA DQ8) and phenotype CD3 Evidence of EBV infection is negative in tumor cells of EATL II. 5 EATL I is mostly seen in the West and composes more than 90% of EATL, 6 but EATL II is mostly seen in Asia, especially in Taiwan. 2, 5, 6 Symptoms of mal- nutrition and weight loss are mostly seen in type I and bowel obstruction or perforation is mostly seen in type II. 3, 7 Jejunum or ileum is involved in more than 90% of EATL II and duodenum involvement is seen rarely. 2 In this case, duodenum was involved in addition to jejunum and ileum. CHOP regimen is used in the treatment of T cell lymphoma, [2] [3] [4] 7 and the mean survival of patients with chemotherapy is 7 months. [2] [3] [4] 7 However, the survival of patients can be improved by autologous stem cell transplantation (ASCT) after chemotherapy (based on anthracycline). [2] [3] [4] 6 Large size of the tumor, high levels of LDH and CRP, low level of albumin, cachexia, celiac form resistant to treatment, lack of response to chemotherapy, and the impossibility of reducing the tumor size by surgery are suggested as the poor prognostic factors. [2] [3] [4] 6 Mean survival of 5 years in the EATL with celiac or type I is 60% and 0% in type II. 4 Early detection of EATL II (before the malnutrition symptoms and disease complications) is essential for chemotherapy. 7 In EATL II, the bowel perforation is 23% at the time of diagnosis and 17% during chemotherapy. Bowel perforation often occurs in the first chemotherapy and is often fatal. Asian studies reported high rates of bowel perforation (80%) in EATL II. Surgical intervention before chemotherapy is recommended due to the risk of bowel perforation during EATL II chemotherapy. Surgical procedures should be carefully selected to prepare the patient for chemotherapy as soon as possible. 1, 3 
